THE CO-EXISTENCE OF idiopathic hypertrophic subaortic stenosis (IHSS) and aortic valve disease represents a diagnostic challenge since the presence of aortic valve disease tends to mask the clinical and hemodynamic features of IHSS, thus making precise diagnosis difficult.' This co-existence has been recognized preoperatively during cardiac catheterization, but in some instances has not been diagnosed until surgery2 3 or autopsy. 4 The number of reported cases suggests this to be a rare combination,"' but some investigators have estimated that the frequency of co-existence of these two lesions may be as high as 10% of patients with aortic valve disease.6 Since the presence of IHSS may require alterations in the clinical therapy or surgical manage-ment of the patient, recognition of this complex assumes considerable clinical significance. Echocardiography has developed into a very accurate method for the detection of isolated IHSS7, 8 and has recently been shown to be of value in the recognition of IHSS co-existing with left heart obstructive lesions in children. 9 The purpose of this report is to describe our echocardiographic experience in detecting IHSS associated with aortic valve disease in adults and to stress the value of echocardiography in the noninvasive diagnosis of this complex condition.
Material and Methods
Six patients with evidence of aortic valve disease form the basis of this report. Patients were equally divided between the sexes. Their ages ranged from 44 to 69 years. In five of six patients the presence of co-existing IHSS was not suspected clinically. Their symptoms, which included angina, syncope on exertion, and manifestations of heart failure, and physical findings were consistent with a diagnosis of aortic valve disease alone. Clinical features suggestive of IHSS and aortic incompetence were present in one patient. A grade 3/6 systolic murmur, audible at the apex and left sternal border, which increased in intensity with the Valsalva maneuver, suggested the presence of IHSS in this patient. Patient clinical data are summarized in Removal of fixed obstruction may unmask or aggravate the effects of functional obstruction. This has been incriminated as the cause for the lack of clinical improvement or even deterioration in some patients with aortic stenosis following surgery.1 2 Therefore myotomy or myectomy may be carried out at the time of aortic valve replacement in this group of patients. Knowledge of the associated presence of IHSS may thus be of value to the surgeon.
In the present study, the diagnosis of IHSS was suggested by echocardiography in every patient prior to hemodynamic and/or surgical confirmation. Four of six patients in the present study were identified within the last seven months, during which time 36 patients with aortic valve disease referred to our service were specifically examined by echocardiography for evidence of co-existing IHSS. This high incidence may be due to a high index of suspicion and a diligent search for subtle echocardiographic signs of IHSS.
Echocardiography is a sensitive, noninvasive method of diagnosing IHSS. Our experience suggests that it will prove useful even in the presence of associated aortic valve disease. Following echocardiographic evidence for the co-existence of the two diseases, special attempts to confirm this may be carried out at the time of cardiac catheterization and/or at surgery.
